Sixteen (37%) of 44 patients (mean age 13) with hepatic Wilson's disease presented with chronic active hepatitis (CAH). This was defined as a five-fold elevation of serum aspartate transaminase and a two-fold elevation of gammaglobulin, with consistent liver histology. Twelve of the patients with CAH had histological features of cirrhosis. Kayser-Fleischer rings were seen in only 9 of the 16 patients. CQruloplasmin was normal in 3 patients. Four patients with CAH showed increased hkmolysis. Smooth muscle antibody was negative in all 16 patients. Nine of the 16 patients with CAH died, 8 from liver disease, in 3 of whom the course was fulminant. The ninth patient died from acute renal failure following haemolysis. Four of the remaining 28 patients without CAH died, all from chronic liver disease.
Hepatic Wilson's disease can present as CAH and, despite treatment with D-penicillamine, death from liver disease is more frequent than in patients without CAH.
'Full text submitted to Gastroenterology DISCUSSION Dr A G Bearn (New York): Were the patients with Kayser-Fleischer rings the older ones? What was the correlation between the age of the patient and the presence or absence of Kayser-Fleischer rings ? Dr Scott: There was indeed a tendency for the patients with Kayser-Fleischer rings to be older. The 3 with neurological signs all had Kayser-Fleischer rings. There was no statistically valid correlation, just a tendency for this to be found. Dr 
